Spondyloepiphyseal dysplasia tarda (SEDT) is a skeletal disorder which usually presents clinically in late childhood as a short trunk type dwarfism due to progressive involvement of the spine and epiphyses. '-4 Clinical and genetic heterogeneity is most marked in this syndrome. Although platyspondyly is universally present in SEDT, the clinical heterogeneity is due to the variable degree of epiphyseal involvement, from near normal extremities to significant deformities and limitation of movement. Intelligence is normal. Inheritance is almost always X linked recessive, although autosomal recessive and autosomal dominant inheritance have been reported. 4 Unless there is a positive family history, the mode of inheritance in a sporadic case of SEDT Skeletal x rays showed an absent dens epistrophei in the proband and one sister (111. 1). Platyspondyly was universally present with an anterior tongue-like protrusion in the lumbar region. There was severe deformity of the pelvis with flared iliac bones, a short sacrosciatic notch, and gross acetabular deformity. The epiphyses of the femoral head were markedly deformed, as were the hip joints, resulting in bilateral coxa valga. The femoral necks were unusually narrow. The diaphyses of the lower extremities were narrowed with deformity of the condyles. There was severe deformity of the proximal and distal epiphyses of the humerus with formation of humerus varus at the shoulder joint. Extensive degenerative joint   FIG 3 (a) changes were present in the shoulder, hip, and knee joints, characterised by narrowing of the joint spaces and irregularities of the articulate surfaces. There were milder but similar changes in the ankle. The upper extremities were shorter than the lower extremities. The hands and feet were entirely normal.
Discussion
The characteristically progressive radiological findings affecting the spine and epiphyses seen in SEDT are not, in themselves, diagnostic of SEDT but are found in several of the skeletal dysplasias, and SEDT is a heterogeneous group of disorders both in clinical presentation and in genetic transmission.4 5 A subclassification is important in order to be able to give more specific and precise genetic counselling. Inheritance of SEDT is usually X linked recessive, but some cases of autosomal recessive and autosomal dominant inheritance are known. Occasionally, the clinical history and family pedigree can help in making a definitive diagnosis. More often, however, when confronted with a sporadic case and a negative family history, a specific diagnosis cannot be made. The dilemma occurs when genetic counselling is required. It would be of importance to the clinician if specific variants and their inheritance could be identified.
The clinical history and x ray findings in the three patients presented here establish the diagnosis of Hypoplastic tibiae with postaxial a new dominant syndrome?
SEDT.' 2 Previous reports have indicated normal mentality in SEDT. The family described here, with three affected mentally retarded daughters born to healthy, related parents, and the history of similarlv affected mentally retarded first cousins also born to consanguineous parents, where all other children in the kindred are mentally normal, is most compatible with a new variant of SEDT with autosomal recessive inheritance.
The delineation of this new variant of SEDT should prove useful in the counselling of sporadic cases of SEDT. Description of new cases is important for more precise classification of variants of SEDT in the future and is essential for counselling of cases that are thought to be sporadic.
SUMMARY A five year old boy is reported with hypoplastic, bowed tibiae and postaxial polysyndactyly. Sixteen relatives of both sexes in four generations either have bilateral syndactyly or postaxial polydactyly or both. The nature of the condition and the possible mode of inheritance are discussed.
Tibial hypoplasia associated with polydactyly has been described by several authors. l-5 All patients Rccciscd for publicaition Il March 1980. AcLcpted for publication 16 April 1986. studied have had hypoplastic or absent tibiae, other craniofacial anomalies, and preaxial polydactyly. We report a case of a boy with a previously undescribed syndrome of hypoplastic tibiae with postaxial polysyndactyly.
Case report
The proband was a five year old boy delivered at term by lower caesarean section to first cousin Arab parents (father 37 and mother 33 years old). He had three older sibs (two males and one female). His birth weight was 3-8 kg, length 48 cm, and head circumference 36 cm. He had bilateral postaxial polydactyly of both hands (surgically removed), clinodactyly of 
